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This is an open access journal, and articles are distributed under the terms of the Creative Commons Attribution-NonCommercial-ShareAlike 4.0 License, which allows others to remix, tweak, and build upon the work non-commercially, as long as appropriate credit is given and the new creations are licensed under the identical terms. There was diffuse microvesicular steatosis [ Figure 4 ]. Periodic acid-Schiff after diastase (PASD) highlighted the macrophages. We diagnosed the liver biopsy as suggestive of cholesteryl ester storage disease (CESD). We also advised estimation of Lysosomal Acid Lipase (LAL). The LAL was deficient with approximately 1.1% of mean normal activity being obtained in leukocytes. Her diet modification was done and she is currently doing well.
Access this article online
CESD is a rare autosomal recessive, lysosomal storage disorder caused by LAL deficiency. The lysosomal acid lipase (LIPA) gene is located on chromosome 10. [1] LAL hydrolyses CE and triglycerides, and deficiency states result in lysosomal accumulation of lipids. [2] LAL deficiency can be expressed in two major phenotypic variants: Wolman's disease (WD), which has an early onset in neonatal period/infancy, and the more benign later-onset disease CESD. [3] Complete absence or <1% of LAL activity results in WD, whereas CESD is due to partial loss of enzyme activity (1%-12%). [2] Liver pathology in CESD is characterized by plenty of foamy histiocytes seen in portal and periportal areas and sinusoidal clusters around central veins. [1] These macrophages also contain ceroid pigment. Patchy to diffuse microvesicular steatosis is also identified. Macrovesicular steatosis is rare. Portal and periportal fibrosis may be marked, and there may even be micronodular cirrhotic transformation. Differential diagnosis includes other lysosomal storage diseases. [3, 4] In Gaucher's disease, macrophages and Kupffer cells show characteristic corrugated (wrinkled paper) appearance. In Niemann-Pick disease, sinusoidal macrophages show foamy appearance and some hepatocytes demonstrate vacuolations. Mucopolysaccharidoses show marked vacuolization and swelling of some Kupffer cells and hepatocytes. [5] In infantile
Liver histology in cholesteryl ester storage disease
Editor, We report a 7-year, 8-month-old girl who is a known case of a cyanotic congenital heart disease (subaortic ventricular septal defect) diagnosed at 2 years of age and now presented to us with a history of fever for 4 days and abdominal distension. She was hemodynamically stable. There was no icterus and lymphadenopathy. Liver was palpable 6 cm below the right costal margin and spleen 2 cm below the left costal margin. Her weight was 19.5 kg. There was a history of twin sibling (sister) death who had liver disease. In view of suspected liver disease, she was admitted. Liver function tests revealed serum glutamic oxaloacetic transaminase 95 U/L, serum glutamic pyruvic transaminase 119 U/L, total bilirubin 0.5 mg/dl, and alkaline phosphatase 351 U/L. Protein was 7.9 g/dl and albumin was 4 g/ dl. The patient had significant dyslipidemia. Ultrasound revealed hepatosplenomegaly. A liver biopsy was performed. Light microscopy showed liver tissue with largely maintained lobular architecture. The portal tracts were expanded with fibrosis and extension of thin fibrous septa into adjacent lobular parenchyma with focal porto-portal bridging fibrosis [ Figure 1 ]. Prominent collection of foamy histiocytes with ceroid pigment was noted in the portal tracts [ Figure 2 ]. There was patchy sinusoidal collection of foamy histiocytes containing ceroid [ Figure 3 ]. GM1, gangliosidosis vacuolation of Kupffer cells and hepatocytes is present. Farber's disease is characterized by collections of histiocytes and systemic lipogranulomas with multinucleated cells progressing to fibrosis. In metachromatic leukodystrophy, liver may show metachromatic granules in some portal macrophages and less often in Kupffer cells and hepatocytes. [3, 4] Severe mitochondrial dysfunction associated with certain drug/toxin injury can show microvesicular steatosis. [2] One important differential diagnosis is nonalcoholic steatohepatitis (NASH), which is characterized by macrovesicular steatosis, hepatocellular ballooning, lobular inflammation, and Mallory-Denk bodies. [4] The presence of macrovesicular steatosis in NASH is important, as its presence is less supportive for a diagnosis of CESD. To conclude, pathological diagnosis of CESD requires a high index of suspicion, and distinctive features can be appreciated in light microscopy, even in routine fixed paraffin-embedded liver samples. 
Quality does not reside in files: Its a way of life
Editor, Quality control and accreditation are the buzz words of laboratory practice these days. The emphasis on record keeping which is the backbone of quality control has resulted in new designations such as quality managers in the laboratories. A certain amount of paperwork is necessary for ensuring quality in laboratories. However, one of the ill effects of this overemphasis on documentation is that the essence of quality is lost somewhere in between the files.
The paperwork required for laboratory accreditation is very extensive. Often, it is managed by a dedicated person whose sole responsibility is to make sure that all files are in order. This has its own repercussions since the idea behind documentation is to ingrain the concepts of quality in the minds of the operator, involve staff at all levels, and promote good practices. This idea is lost if all the files are managed by one person. In other words, we need quality managers who do not manage the quality but supervise the functioning of the staff. The best quality manager would be the Lab head who has administrative control on everyone.
The main advantages of the accreditation process are: i. Technologists are sure about the procedures to be followed ii. Technologists have better knowledge about the tests to be performed iii. All the test results and processes are traceable. [1, 2] However, there are several challenges that the accreditation process has to address. These include a. Discrepancies between the reality and documents b.
More attention being paid to formalities than the quality of the results c.
Increased paperwork. [3, 4] Any accreditation process involves assessment, reassessment, and surveillance at regular intervals to ensure that the commitment to quality is a continuous process. While assessment and reassessment are easier to perform, adequate surveillance is a challenge. Surprise inspections are the ideal solution, but logistic problems and increased cost to be borne by the laboratory are the main roadblocks. The accreditation bodies such as National Accreditation Board for Testing and Calibration Laboratories have done pathbreaking work in the field of quality assurance in laboratories in India. They have brought quality to center stage of laboratory practice. It is time to take their efforts to the next level.
While accreditation can definitely help in improving the standards of laboratories, it cannot perform the role of a regulator. The central government has passed the Clinical Establishment Act in 2011 to bring in its purview the diagnostic industry. However, the law has raised several concerns within the medical community. All the legitimate concerns of the medical community regarding the feasibility of the provisions need to be addressed. Moreover, it is left to the individual states to implement the Act.
Most laboratories use software called laboratory information system (LIS) to manage reports and patient data. The LIS should meet the reporting and auditing needs of the accreditation agency. The accreditation agencies can ask the laboratories to incorporate quality control data in the LIS itself wherever possible. This would help in reducing paperwork to some extent.
To conclude, the accreditation agencies should strive to reduce unnecessary paperwork and focus on surveillance through surprise inspections. This would push the laboratories to maintain the quality standards throughout the year. It would
